A young Chinese male presented with unilateral acute angle closure. Although clinically unclear, anterior segment optical coherence tomography and ultrasound biomicroscopy confirmed the cause of this patient's angle closure attack. In this case, the attack was secondary to the globular lens shape, spherophakia. This case illustrates the complementary role of anterior segment imaging modalities in an atypical presentation of acute angle closure.
INTrODUCTION
A 27 year-old Chinese male presented with right eye (RE) pain associated with intermittent blurring of vision and headache for 12 hours duration. His manifest refraction was -5.00/-2.50 x 180 OD and -8.50/-1.50 x 65 OS. He had an ocular history of right eye amblyopia and retinopathy of prematurity (ROP), although he was systemically well with no family history of glaucoma.
Visual acuity (VA) of the RE was counting fingers. Intraocular pressure (IOP) by Goldmann applanation tonometry was 53mmHg. Gonioscopy showed a closed iridocorneal angle. Slit lamp examination revealed corneal oedema and a mid-dilated pupil but no obvious lens subluxation ( Fig. 1A , see overleaf ). Anterior segment examination of the left eye was unremarkable. Fundal examination was consistent with cicatricial ROP and the vertical cupdisc ratio was 0.4 bilaterally with no glaucomatous changes.
Due to his atypical presentation, a provisional diagnosis of acute angle closure secondary to a lens related mechanism was suggested. Ocular hypotensive eye drops and intravenous acetazolamide successfully lowered the IOP and delivered symptomatic relief and resolution of the corneal oedema. RE Sequential Argon/ Nd:YAG laser peripheral iridotomy (LPI) was performed and relieved the pupil block element. However, the patient's symptoms recurred one week later despite a patent iridotomy. The IOP measured 51mmHg and a diagnosis of angle closure secondary to spherophakia was confirmed, primarily by ultrasound biomicroscopy (UBM) which showed the characteristic morphology of the lens and increased lens thickness despite a normal axial length. The patient was listed for a RE lens extraction with the insertion of an intraocular lens and precautions taken for zonular laxity. Intraoperatively, trampolining of the lens was noted due to globally stretched zonules, but the operation was completed without complications or recourse to a capsular tension ring. The final VA of the amblyopic RE was 6/120.
IMAGING FINDINGS
UBM showed a very shallow RE anterior chamber depth of 1.33mm, a markedly increased lens thickness of 4.8mm despite a relatively normal axial length of 21.18mm. In the left eye, the Proceedings of Singapore Healthcare  Volume 21  Number 1  2012 measurements were 2.11mm, 4.37mm and 25.57mm, respectively. Both lenses were globular in shape, although more so on the RE (Fig. 1B, 1C , 1D).
Anterior segment optical coherence tomography (AS-OCT) confirmed the lenticular morphology ( Fig. 2A, 2B, 2C) .
DISCUSSION
Spherophakia is defined as a spherical shaped lens with an increased antero-posterior diameter and reduced equatorial diameter. It is uncommon and may occur in isolation or in association with homocystinemia, Fanconi anaemia, Weill-Marchesani's syndrome, Marfan's syndrome, Alport's syndrome and Klinefelter's syndrome 1 . Acute angle closure typically afflicts older, female, hyperopic patients with a short axial length, in contrast to our young myopic gentleman.
Anterior segment imaging can contribute to a confirmation of the mechanism, particularly in cases with multiple mechanisms beyond simple pupil block. UBM can highlight the elongated zonules, and increased distance between the lens equator and ciliary processes in spherophakia 2 as it is particularly useful at imaging structures posterior to the iris. Though more uncomfortable for the patient, UBM delineated the relevant mechanistic features more clearly than the AS-OCT, which complemented these findings with high resolution images of the globular nature of the lens, iridocorneal contact and could confirm the patent LPI. 
